Although the genetic basis of the congenital form of myotonic dystrophy has recently been clarified, data as to outcome in terms of life expectancy and morbidity are scanty. Life table data based on a cohort of 115 patients with a confirmed diagnosis of congenital myotonic dystrophy are presented. The data suggest a 25% chance of death before 18 months of age and a SO/o chance of survival into the mid-30s. The profile of disease and complications among survivors is also charted.
Myotonic dystrophy in early childhood was first recognised by Vanier, who correctly identified the patient's problems as dating from birth.' This observation has subsequently been confirmed by several authors and the principal clinical features defmed.24 Foremost among these are hypotonia with facial weakness, talipes, neonatal respiratory distress, and feeding problems attributed to palatal weakness and pharyngeal incoordination. 5 The condition may be suspected prenatally because of polyhydramnios or reduced fetal movement in pregnancy, thought to reflect intrauterine hypotonia. 5 Delayed motor development and mental retardation have been observed in approximately two thirds of patients and the significant effects of these factQrs on requirements for special education in this group of patients have been documented.5 6 Data documenting long term outcome of patients with this disorder as they reach adult life are deficient, as are data on mortality, cause of death, and life expectancy. Long term medical complications among congenitally affected patients with myotonic dystrophy have only been a feature of one study .6 This involved 42 patients, most of whom (27/42) were 18 years or under at the time. Apart from the expected motor disturbances, the main factors to emerge were the high incidence ofaudiological and non-specific gastrointestinal complaints and the relatively low incidence of lens opacities and cataract, given the known significant association of lens changes and myotonic dystrophy in the classical form. More recently the association of disordered anal tone and myotonic dystrophy, both in the congenital and classical forms, has been emphasised.7 8 Death in the neonatal period is now well recognised, most commonly due to failure to establish respiration. Harper Myotonic dystrophy is an autosomal dominant condition and the genetic basis has recently been elucidated.'1'3 The molecular defect has been traced to an unstable DNA triplet (CTG) sequence at the 3' untranslated end of the gene on the long arm of chromosome 19, which is expanded in myotonic dystrophy. Preliminary data suggest a relationship between the expansion of the unstable sequence and the degree of clinical manifestation of the disorder, with congenitally affected patients having a grossly expanded DNA region of the order of [3] [4] [5] [6] kilobases. 14 Although this offers an explanation for why congenital myotonic dystrophy differs clinically from the classical adult form, it does not readily explain the observation that the gene transmitting parent in almost all congenitally affected patients is the mother.5 It has been speculated that this differential transmission is due to an unidentified intrauterine factor or genomic imprinting effects,5 15 Table 2 presents log rank analyses comparing survival between genders and between birth cohorts, based on the definite cases only. A total of 44 of 115 died; the expected deaths are obtained by sharing out the subgroups in such a way as to take into account the numbers at risk in each subgroup, the periods for which they were at risk, and the current mortality rates in the whole cohort. Inevitably basis 2, in which the probable cases who had already died are included in addition to the definite cases, leads to a less optimistic assessment of survival probability. The last of the probable cases died at 3 months and thereafter the curve expressing this premise runs parallel to that expressing basis 1 ( figure) . The results from basis 3 calculations are unaffected by probable case ascertainment. Again this leads to a curve parallel to that generated by basis 1 and basis 2 (figure).
Differences in mortality between males and females are negligible in these data. A comparison of the five decades of birth using a 4 df (degrees of freedom) test 
